Cases
Cyclical Neutropenia D I K Evans MRCPEd and A Holzel MD MRCP (Booth Hall Children's Hospital, Manchester) S P, boy, born 4.2.63 History: Recurrent infections. First admitted to hospital at age of 1 month because of persistent snuffly nose and cough; diagnosed as bronchiolitis and treated with chloramphenicol. At four months he had hidradenitis of the scrotum. During his first eighteen months he had recurrent coughs and wheeziness. At 2 years he was admitted with multiple abscesses of the right middle finger and suppurative otitis media. Neutropenia was detected at this admission (7% of 5,600 WBC=390/mm3). Subsequently he has been admitted with recurrent boils, paronychia, otitis externa, buccal ulceration, pneumonia and sore throats-i.e. infections have so far been mainly superficial.
Family history: His parents and brothers have normal blood counts. His maternal and paternal grandfathers are said to have had asthma.
Progress: The neutropenia recurs at approximately eighteen-day intervals. The severity of the illness, as judged by pyrexia and clinical condition, varies. The first sign of an impending attack is usually a change of moodhe becomes quieter and fretful. This precedes the fall of neutrophils, which occurs suddenly about two days later. Neutropenia persists for about three days and then the count steadily rises; he is usually unwell for about a week, but seems to improve before the white cell count has risen very far. For most of the time his neutrophil count is below normal: normal counts are attained for only brief periods. When the neutrophils fall the eosinophils and monocytes increase. A typical count is total WBC 4,600 (neutros 180, 4%; lymphos 2,850, 62%; monos 1,050, 23%; eosinos 460, 10 %) per mm3. The lymphocyte count remains normal most of the time.
Bone marrow biopsy taken during a neutropenic phase showed maturation arrest of the granulocyte series at the promyelocyte stage.
Infections are associated with considerable enlargement of the regional lymph nodes. Pyrexia and malaise are usually out of proportion to the localizing signs in the affected organ. The tonsil and neck glands are the most frequently affected sites of infection.
Treatment: Treatment with antibiotics does not seem greatly to affect the course of the disease. Four days following an infusion of fresh plasma the neutrophil count rose to 6,700/mm3, the highest count ever recorded. A second infusion was without effect. Over the preceding 16 months he had had several episodes of 'chest infections' and 'gastritis' accompanied by cough, wheezing and grunting respirations. Three times he had brought up bright red blood following coughing bouts and once blood streaked sputum. He had required a
